We welcome the comments made by Mr Adam Booth regarding the family that we recently described. 1 We became aware of the autosomal dominant iridogoniodysgeneses only after submission of our own manuscript, hence their omission from our differential diagnOSis. As suggested by Mr Booth, we hope to use the known loci for these conditions as a starting point for our own investigations. 
Case report
A 39-year-old white man presented with sudden visual loss in the right eye of 1 week's duration. He had a visual acuity of counting fingers at 4 m in the right eye, 6/6 in the left eye, and a moderate right afferent pupillary defect. In the right fundus the retinal arteries were narrowed and the superficial retina was opacified except in the foveola with the resultant cherry-red spot. Optic nerve head drusen were present bilaterally. The patient was placed on intravenous heparin anticoagulation and the results of extensive systemic investigations were negative (blood sugar, lipids and chemistry; complete blood count; erythrocyte sedimentation rate; activated partial thromboplastin time; prothrombin time; protein C and S; anticardiolipin antibody; haemoglobin electrophoresis; arterial blood gases; antinuclear antibody titre; rheumatoid factor; electrocardiogram; echocardiogram; Doppler carotid ultrasonography). There was no history of migraine, drug abuse, or trauma. Visual status was stable after 4 months of follow-up while maintained on a daily intake of acetyl salicylic acid.
Discussion
Optic nerve head drusen occur in 0.3-2% of the general population?,3 Drusen represent acellular laminated concretions made of hyaline-like material that is a byproduct of abnormal axonal metabolism.4 Drusen have predilection for the prelaminar portion of the optic nerve.4 Most subjects with optic disc drusen are asymptomatic; however, some may have enlargement of the blind spot, nerve fibre bundle defects, and various field defects attributed to 'drusen-associated optic neuropathy'.s Drusen of the optic disc are found mainly in the white population. 6 The optic disc area in normal subjects tends to be larger by at least 20% than in subjects with either disc drusen7 or anterior ischaemic optic neuropathy.8 Whites have a smaller (by 24%) disc area than blacks or orientals. 9, 10 Anterior ischaemic optic neuropathy is associated with optic disc drusen. 11, 12 Both anterior ischaemic optic neuropathy and disc drusen share a similar pathophysiology of axonal crowding from a tight scleral canal. A study in children with optic disc drusen showed that almost half had delayed peripapillary choroidal filling on fluorescein angiography,13 and this finding is an additional support for the association between disc drusen and ischaemic optic neuropathy.
Disc drusen are also associated with central retinal vein occlusion.14-1S Six cases of branch retinal artery occlusions have been related to disc drusen1,19-22 (Table 1 ) and three cases of central retinal artery occlusion (one associated with migraine and another with high altitude )?3-2S Retinal arterial shunts denoting gradual arterial impedance were reported in 2 cases.16. 17 We propose a dual mechanism for central retinal artery occlusion in the present case: external compression and internal compression. Externally, a small optic disc (more prevalent in whites and especially in discs with drusen) leads to crowding of nerve fibres passing through a tight scleral canal. Internally, the drusen are unyielding material and compress retinal vasculature. Small discs with large drusen predispose to vascular occlusions such as ischaemic optic neuropathy, central retinal vein occlusion and central retinal artery occlusion.
Investigation for optic disc drusen (ultrasonography for buried drusen) needs to be added to the list of investigations performed in young adults with retinal arterial occlusions. (Fig. 2) .
The patient was commenced on prednisolone 80 mg daily and 1 week later her visual acuity improved to 6/18. The left relative afferent defect was less obvious as were the chorioretinal lesions on fundoscopy. The 
